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HOPURER ST HETREN— A% I, B SRR ANZIXTERITEERD LTV
£, £, TR IEKEEICHURE AN Z D720 IgG~D I TAAAL v F 134 LT, IgM
RS THPUANEASIVET, BB ABORMIERI OFESHI 542 B SRHUAIL. BN
HE DR DA SUSHERE PRI PR B 2 S E 401, 2070 H AOFF>
FESIIIPUARIIES VT (B B UGMEBHIIE T R — ADFE ) | IgMBLIRD 3 MES L
F79 (> T, ABORUME R HTFIZ )5 B ARAPURII AR 2 @il L 72wy .

Z 3T, Guillain-BarréJEEREDO LA EHLTC. jejunid LOSHUFIZRT LTI H 2
PED JTgGHUAR R TLEIDTLEIN ?

ZAUIDRDEEL W T, RYDOEZITHVFEE A, LL, BiIEOIEY , C. jejunileT
(T TOIgATUREE AT E | IBIRIIEY L/ Ei ClgGHURE AN FZ DL A —
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DM BEEZFTY, Al ZOBRICIgGHUAA FEAETHDIE, Bl BUL /7 SERR00 %
HBUL RERTII e, —RDBU NERTHDHEEZ Z LN ET, 6o T, ZDOIEMHAIZIZA~
JUR—TY U RERDAFLEDRNETHY |~ X—TY L SEROIFLE F CHUAEE N 57
D 1gG~DIFTAAA T INEUHEBRSINET,

fHL . ZDOEE A~ R—=TY L RERDNERGR T AMHC class 1457+ FO=Eh—T7 12D Lo
2B DO TLEIN 2 LIRNE, VERIURZTE R T 5CD143 1-& ., ZAUTIE T ANKTHIAE
MEETITZWNEDRR NSV E L7208, BIE TR 7 VAT RPUR D FEAE I
CDI/NKTH#EBSIZEE 5L TN Z VRSN TWET!Y, — T, BERREEZ 0B D2
MHC class 1153 T2 Lo THRATRE THH L AR LIZ# I H £ 312,

PESHZDHDODMHC class 1157 1128 THRRSAL, ~IL/X—TY L REREVEVEL T 5 L
VIO LS HDBENTIET — AL TEDDIIRIETT 25, HEHZ DL DO TRTH, T 74
T REEBEEH &R <AE OO I BE (OMIR) B 2o R ERNBIUE, R E B
TVA T RERIET HBY 7 SERIZIDIA E AL, 2SI T S —THIIICIR R S5 Al g
PERHVET, FEER, SLERE TRONDHIDNATUAD FEAIZ DWW TIL, DNAZDH DN
MHC class 1155 CHRSND ATREMEIZHV FH A, L L, DNALEARN DOE S KZDNA
ERO T HBCRZEIT L THEA LTZBY L 7 ERDY, DNAE — B ICEAR U ZHUDIA A, ZiVE Sy
it CMHC class 11731~ BT FREERL, EARNS BURPED A~V S—THIFE 235 HEAL
LC. IgGHURDFEEAZFHE T DLV ANE Z LI TNET,

[FERIT, C. jejuniD T 7 UA T RERLOSEfE & LT A BND L XIS G2 L5 T
FHE SN AR =TI ZTE AL T A RN HVET, TO%A . VR HioBU /Y
ERIZOUWTIE, Bl BUY/RERRIfRFBY v /R EkE B0 | B O RSTEBCROFREITFE S
TIEHVEFEADT, BEOESH VAL RHURE &S HBUL 7REKAN, C. jejunid#
YORTE (BHDHWIILOSOMESHZ DG D ? ) iRk T D~/ /X—TU L NERIZE > TITHE
INARA]DULL A TIEMALS L, IgGHUARZPEAETHEEIAFT — LR EZOIET,

ZOBHIZVDELEL, F2EOK S TOREDESAOHEEBZ HEBWET N, 3
TOTLIIF—H EEIROERIZMD > TOTE LRI IR L ET,
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615 (11H 9H -/KHE HIZHER)

g 7 a7 U ERIRIER O R FIEND— A 2525005 KE OFERITTE A
TEA RIS TEE LTz, BUWVISHRER G OB ST, N LRI EE T 501X
HVFEHATLZ, o, BB UNEVESZ T, AN T 235 AL W 2BkaEn, &
EHIR MRS A U A O LI, FREIRAE 0 B R B2 o722 bh U CLIE,
ZICh, 12— N THRE IR CRBEORR TS DI RETT,

[EEIZ > CEIZD T, KEITIRED Ry R/ a3 % Ff1HiA A TGuillain-Barré i 5
FELAMAND ZEZ i~ ELTe, A7 VA VR T oHUANTE DL, EHL THEES
R DEENELZHDTLIIN 2

F—U—F
O IR 55 SRR
O N LREG 2R
1 UnEY
O #HAHA~yF T
0 VRERER R A S
O B EE
[0 AMAN
0 BEEECHh 58 O E g
Zh

RZEBEEZTHID

O HifEy+O=7 272 —KEEIZIZE DI L DN HDHD

O 1gGy I DI T =7 X — kS BER S FHT D)

O FURICEAHBREED AT =R NIZE D XH0L DR EHHH

FR.

Guillain-BarréJERAEI T — I T BA4F T SER OB IFIENDAEBI LN THY , £
DZITERIZIEIEIZEDNOEE Z LI TWELTE, Ll FEETIThIZiiAE Tl FIE
B IFRIT8% D EBE DT L, 9% TMFIE R 2NEIE L L T, ST EL TIIHATAREED F
Tl T, T, AN TEDIZEN TELETICEIE LI BE X, 2IED62%IZ
BESTWEEWET, TEARRK X, @, BTG THRE CThHI &, FEIERF M
ORI D BRIBEL DS & L ChH 2 & | AR R B A CH SR R EOFT e oL, b LaE
F, LIXUIZBERAS O < DVE, R RSB BRIFREL I ED AR, ZRES IR AR E ) DD
it ZE . B AR E SO AN RSO M)+ B 72 8T,

ST VRT3 > CTEEKEINL, i 7 VA RHURDE O X2 U TR D
PE BT HE O E T~ D £ LT,

Guillain-Barré it 5 #1233 1 2 R AH MR AR AR O S EHAE 12 DUV T, SRR DR,
PR AR K> TEDNIZRZ OB E2A R M Thh Tk 19, Zhickn
1. AIDPIZH T A EHE I TR AR S HE RE AP R ER 721 Cad L RIEAPRR Iz 7> TR
R BAEMEICRRO B AL, HitEiEE (segmental demyelination) DFZREA /R 9, BEEAMIC
lI~rn7 7 —T% FARET D HEMR AT, #¥o— BRIl ., 2Zic~onm
T =V DEEEIMZEAL TODLONREDLINET, -, WA E 2T IbIZE 70 T,
VAU RO R LT REEED Flii~v/ur7y—UnNREL, SV 2B R T 58080

-12 -



DHIVET, MR LRI, AL BifiE L TV WA BERRMED T =T il
FENZHIRCIACNIR F-AE AR (MAC) DIEE ZBODHINRH Y, #HR 3 TEE DO
NWIABERMETIE, BN~/ 77—V OEEFRAZHIIZI OB R HHEE D
NFET, ZDOXH7RBIEZND . AIDP TILAT H2>D IR RN LA ML A0k B P O e 2 52 L L
T, BIEHRARE COMEDIEMELE~ru 77—V DR ALY, 2T Mla i
WELTMR i~ ra 77—V DORERANESIZEIL T, I OB & & /i
DT THEZZ LN TWET,

AIDPTIIFIEIZBE DS B CHURDGFENHALNISH TOERAD, v/ —AfEA L
27> (MBL) D15 T2 73Guillain-BarréSEERED AL LAHRE 2L OISR HV'),
MBLIE M DOAR VB AR 7B CIIE IR S L AR FE L7 B2 LD . MBLE S T2 (TG 14
(B3, SR G EICE 5L WA ATREMEL Z 2 B IVET,

—J7. AMAN/AMSAN T3, BiffR 2 0K EAM AR I LT <N T, BB THhR &
BEE ORI OE R F PAE I~ /a7 7 — VU OREN R HSET, £o, 707 KEwmE O
FEREBA R SERO DDA CDOEOMR R I~ /0T 7— U RS TG 0Bl
HZELHVET, M LTI, 7oV TimER O #h R I [RF L TC3dDILAE B RS
o MACOIEELBLIESNTWETY), ZnbDOTRBZBIEL . 1L 7 VF U REED
TEAE . B O DIFR 2SR AT & DARE DS . AMAN/AMSANSCFisherJEMERED B S, T
U TSRS O R R P 7 A RIgGHUA S A& L Tl iR R 2 1E M B L . C3bD
FEENDEIZCSbDPEAZRE T, MACE R DRINREAZ S E, 7T 747 8% 2 (C3a,
C5a) ICL-» ClEEL C& e~/ 77— U0, Fe BN O Z BihZ2 N LT, BESH
FHIRE B AT HL IR — AREZ LN TOETD,
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M6 (11711H -4 IZ8R)

KFEL, 720 4 =Bl OB 52 LA REAE KNP > 7 VA R PR A L TR NS
PEALEIL, BEREEE SR (MAC)IZ I - TR OB LB 2 &, F2ICFe FIRSR
HEZBERE R oTe~rn 77—V NREL, BEEEEIIR ORI AVIAT S LWEFID ELT,
Fio MBS NZERIT, RS O R ME E SN2 T UL PV EFAET DN, B
BERL I Z 3517 Do BitE O REFH 5 E TR CL BB OB IZIIRER 23D 0D 2 2 M E LT,

ZHUCL T, L 7 VAT RPURD IR DIEIZFE S L TR DMAC TEHENH D
ITEANTL, D>, R FOER CTHARNE COIEF Mz B LN, 250
HENE - DFIET DB ST BA DD ET, MR R OHIEIE 71 3R R ORI 3L T
IIHEBEL 72 D TL XD/ 2

F—U—F
O Z2 7=
O B 7 U4 RHUE
RGN
O BRIEE SR (MAC)
[0 Fe &K
O fiifR= ~R
O ~ra7yr—
[ i SR Ak
O #hROFA
O Al A% O fil4E K

TARZEEEZZTHED
O #fERIZEDIDICLTEMHALENDD
O #ifAIL, B SRz EE 5D
O #HERROFIEIR A 12IZE DIHRL DR H 5
O PRARAEIZ 351 DHIA R HIEIR 7 DR BLLE D725 T D0

i)

FADOES AT, BEICRAFTOHERR (THREEMIT ) 28U T, fiike~rrnrr—UI
DONT— il DEfREFF > TWDETT,

IR R D BR TR Y722 LD — D12 FiAESIEIR 72350 F7-, A HIEIR 70 K0
FERERLE X, RO ZL DT B DOFR LD EFERBRIZHE T T25000H 5720, LiaidH
FICHERY B CuvET, AL, Mg Kl L B ARTE L2 E 2L B < (F
IXC3F 74— 3—=) | ZIVHEAEMIT KT T DG PN RN N> TOET 2 (2
E XY RIS L~ a7 U MIUE Th->Th, 7T MM E ISR L CTld b AT
P RT=ND) . — 5 CTH AL, Rl k<0 i % N ECHERE 23bystanderé L T E S LD
AREMEZ T I ES CWVET, £2C, H O IEF ORI CHAEZNIEN L L2NED ., £
7o, e ZTEMAL L THHIIRGE E TR O 2D O ISHIEIN 25 BEL T v
7T
PRI R 1120, P Aoy DTE ML Z 0] 47 5C1 inhibitor<°factor H, DAF/2E 3%
DET D, MACIZ X AHI IR 554 05 < TRIAE HI| FR R 1-CDSOI I RF I EE B T, CD59IX.
Ja i BB CHIIRTE IR THHCECUTHER T HZEITED ., H CMIRIEICIIA
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GPI 7h—EeEEER
Protein
o=

GPI 727h—

BRI

Man 1 3\ GIcN j"@

NHz

BN

IE# ek PNHInZR

ATECSbOTHE AR ~DCEFE A IRV TR Z D, CODEAELZHEFLET,

AR EIR 728, ER R AR O M2 (R 925 E CABMICE E2RME2H-T
WD BT, FEAEMEA [ i858 JRAE (paroxysmal nocturnal hemoglobinuria: PNH) D AF7ED>
SHLNTT, PNHIZ, GPIT > 4 — £ Ak B i 1% R AL U7z B3 7 i BREE [ 23
HBLL . CD59EDAFD R BL R D78 |22 I F 8 IR M ER DS ARTE M LI Lo Tl
S, IR I L2 AR T,

PNHAESE TIICD5SIORDAF D& s F-IFIEF T3 08, JRMERIEEZR [ D CD59 & "DAFFE HL
DRIBLET, ZiUE, CDSOCDAFMN I as VT 4 A7 7F A ) b=V (GPI) 727
— 2N U GRS & T 24 0 "V E ThHhDHT-9 T, PNHEE TlI/Mafk TGPIE
AT HGPINT B F VTV a IR EER SR, R 22 IR AT K012 K72
KRIFEATET, BREICERNECDLDIL, GPIT VI —E DD AT v 7 T DHHin
BIGE(N-T BT NI NaYIL a2 T3 AT 7 FONA ) = VIZHER T 5) 2 il 5%
GPI-N-acetylglucosaminyltransferase (GPI-GnT)D{E A2 =2 —R 3 5PIG-AT, 2O
5+ DB FIFFRE DIEFH N THRMMAIEIZZ ENTEROLIET, PNHO EE T,
B H BRI E S L OB E . FEAE R BRI Y | (S0 AR R F 215 0
M2 TR O M 238> 35— 5 C, PIG-AZE B Ao 70 FL 1 i s e 2358 R
I/ a— R0 d 2Lk, DAFECDS9% RSHRIMER DN L% HH DI bEE %
SNTHET,

ZO Xz, MmERRHMIE OIS N R HIE Tt ZDO/MIaIZCD59N < FBLL T\ b7
B MACIZZ D MRS FE DR TVVET,

ZAVTIE, ARCRAEARIZ I 1T HCDSIDFE LT E D72 > TNDHD TLEIN ? MfE R DO
Bzt . CDSYIFAEFRAICRBIL TS, F2EBS. R AR O I o =7 Al
FaCOCDSIFE BRIV TOET N, AN TOZNHAMAEIZI81T HCD59DFE B
gL, MENEMRICBITA2ZENLVE T S LRWIS T, 7o TL L7 VA RHLER
DFEE N LA MRMEKAE DI R EE L 27 2T CD5IZ L > ThARREERL TS
FHTT M, FORBENMENTZO, + TIERWESHIZETL LY, BB g A B
R LD PR IR I LD BB D SFHIL QO DA R MLAE Tid, CDS9FE B &4 Bk
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FEWELE X ET,

BLERIZEWNZ L2, Beadr e RIE O CDSY R B IE BV T 8o fE k& i & I KA MO
G ARAEME S FARRRBE ENRIE LB E SN TOETY, 20l FROEEIR,
FHIARMACOMPRHAR OIS EIZB 5L T A&V EE IR LET,

FF7245 k%2
(C5a,C3a,C4a)

membrane
attack complex

C1 , 7,8,
1gG C5 g
\ ﬁ C4b,2a \(
- -~
p b .‘_._ -. l: Tt . ,.
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E=H7 (11A14H-H#ERL _TE/?)

R Z AP R MR D15 E I B T 2KE OEE A B M Se AT, ot &L T,
CDS9®Z§;ET“‘]§J]’]1‘T$%?E1&¢E (A MED LI RIEFZE LR LT WIBINRHLZ LA
X CKIVELTZ, KB X, £ OREE BV TIHAEMEA [ i 235 JRJE (proxysmal nocturnal
hemoglobinuria: PNH) DZ LA 54F TR =D& BV L EL 72, MBI, TE<E->TW
L) EKEZED | [5213, PNHOIRRITHIATE L2 E 2 5UR EFE A b T
AT IE | BT R UHUR R 3% Guillain-BarréJE EREIZEE 38 EVIOTRER S EA TWD A
721EHA TNEL,

KEIT, FUREIRIFIZAREZAET TR HEAL THNDLDIEEEETELT,

F—U—F
[] CD59
O i tEe i
O] FEVEMEA ] i €2 38 RAE
O AL
EEE7IRENCEE S
= A

AT EEEZE X THED
O #E2OIEMAVIZE D IHRNER TR Z5)>
O BAEPER I A FRIE ST E DI H7afiREn
O HUAEIKICIZE DLH7Rb DO H 570
O PrikEHKIC ik®i9f£$ﬁ*ﬁ@%®75>3%>é7b)
O HREHKIZE DI TESNDD

i)

FAOES A, BRI Jﬁﬁ%@fﬁl IR A1 B L CX =Tl ?

ST, flEDOIET iftf%%ﬁfi %ﬁ'ét@“@ iC3“Cﬁ‘7§> B AR Sy DI IEC4b2a3b
AR DC5DIEMEAL., En%csiﬂﬁ@%ﬂe HIZESTHRED E T, MR ROETHHC3
DOIEMALZINHIL CLEI &, CIbAEY K| ft/\uoavw CIbZ BN E I T 54T
= 1bH . RIMERDCIbZ B A Z N T HREEE RO LE S>> TLENET,
HE->T, PNH2E . MACIZ LA H CHllED G ELEZFZ 93556 . C3TIERL, C5%&iE
LT HDONEFRI T,

KKK T2006412, Fr 23 ETH2010F- I Z B A SN PLRESE /) X <7 (Eculizumab, p#
fndh YUV T, CSITHE G L CCSHRI IR I LT 2 L E 35, eMEE/Z7m—F 1
PUATY, /X~ 1A EIC > TR GENE T2, TR RITHE K T, & NE
MOFEIE T HLDHEIZIEIR BIAR IE AL D3 CoNZAK T L K9 -5 O I Fl Crdfn 23 R
e p SN ET, BL, BB AR DR BN RENF AR T FHARE IS5

PUEAME T LET DT, 1BEB MG &&%ﬁﬁié)ﬁm@:

AMAN/AMSANIC %iﬁﬂefﬁa%m}%*ﬁbi#ﬁ/ﬁ)ﬁw‘ TURIZE DM RTETEL TH
V. MACHSHR B EAG 5 | 2 B 7 e Bl A T2 L CUOB LW GRS IE LR S PNHE AR
iﬁUX‘vﬂiAMAN/AMSAN@/l*Fé CHRNRETT, EEE. T AET L TIEFORE)
PEDNVREINTWET?), BEICPNHIZ KL CRR A 252 1 QA=) X~ 7 D Guillain-BarréiE
EREA~OWSIERZ LT, Bl —my /S AR T X 2L EGRBR B3 ST ¢
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21)

o

ZITL FEOESVCHURERICOWTH R E L CTEIZ LN T, PUAESR
[ZOWTIE, B EIFEMOT 22— T LTI EHIO I TR TWET O T, ik
DOHFEFZE B I, FUREIEORE, BIES OLH72 R BT L GRAIEN TW D00, £
OEZMEZEID, T LU THUREIEO EFEIE., (T ErDIgGL TlF Uit one
Eh KIEHIZONTTEZTTFEN,

HHS (11H16H-/KIER)
11H16H UK IZITFEFOFRIZLERE A, FHTIZTHE EFEHOMEEFE RS,
INFETOEME—D>DOFiILEL THED , 2R B AT HI0fFEL TRV,
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